Man, aged 60 History: The patient, previously well, was referred to hospital in February 1965 with three months' history of watery non-offensive diarrhoea, sometimes streaked with blood. This was associated with rapid onset of alopecia, complete loss of facial, axillary, body and pubic hair and atrophy of finger and toe nails. He had lost one stone in weight in the preceding six months, despite a normal appetite. Diarrhoea had ceased spontaneously twenty-four hours before admission to hospital.
Physical examination revealed a cheerful, well nourished man, who was completely bald. His skin was smooth and there were no rashes or areas of pigmentation. Routine examination of respiratory, cardiovascular and nervous systems showed no abnormality. External genitalia were normal. On digital rectal examination, the rectal mucosa felt polypoidal.
Investigations: Proctoscopy showed an cedematous engorged polypoid mucosa. A sigmoidoscope was passed to 20 cm: the mucosa appeared to be crowded with multiple cedematous polypi, without evidence of ulceration. Barium enema showed numerous rounded filling defects throughout the whole colon, with cedema of the bowel wall. The peripheral blood picture was normal; Hb 91 %. Serum electrolytes revealed a mild hypokalkemia. Total serum protein 5 8 g/100 ml, albumin 3 -8 g/100 ml.
Clinical course: Whilst in hospital the patient had episodic attacks of diarrhoea but remained well. He was given a twelve-day course of prednisolone enemata without any change in the appearance of the rectal mucosa. He was discharged from hospital on 16.3.65, when he was passing a formed stool once or twice daily, but was readmitted on 27.4.65 with a recurrence of severe diarrhoea and further weight loss. The scalp hair had regrown and the nail bases had regenerated, but otherwise physical examination, including sigmoidoscopy, showed no change. Serum potassium 2 8 mEq/l. It was felt that this was a case of ulcerative colitis with extensive pseudopolyp formation. Following discussion it was agreed that colectomy was now indicated.
Operation: Total colectomy and side-to-end ileorectal anastomosis was performed. The colon appeared normal macroscopically, but thickened polypoidal mucosa was easily palpable throughout its length. The small bowel and stomach appeared normal. During ileorectal anastomosis it was noted that the mucosa of the ileum was velvety and oedematous. Examination of the resected specimen showed an oedematous hypertrophic polypoid-like mucosa throughout the entire colon (Fig 1) .
Post-operative course: His post-operative course gave rise to no concern until the fourth day when he passed copious amounts of colourless fluid per rectum. In a matter of hours he developed acute peripheral circulatory failure and lapsed into unconsciousness. Despite adequate fluid replacement, steroids and potassium, his diarrhoea continued; he remained semi-comatose and died on 19.5.65. Post-mortem examination showed that the ileorectal anastomosis had healed. The entire mucosa of the gastrointestinal tract was abnormal. The stomach presented the appearance of giant mucosal hypertrophy. The small intestine showed velvety hypertrophic mucosa.
Histology (Dr Basil C Morson): The mucous membrane throughout the gastrointestinal tract showed the appearances of 'colitis cystica superficialis'. There was cystic dilatation of many of the epithelial tubules and a slight increase in the inflammatory cell content of the lamina propria (Fig 2) . The lamina propria was cedematous and was a contributory cause for the hypertrophy and polypoid appearance of the gastrointestinal mucosa. There was no mucosal ulceration and the other layers of the bowel wall were normal.
Discussion
The diagnosis in this case was made purely on histological appearances. Cystic colitis is found in pellagra, schistosomiasis japonica and sprue (Denton 1925 , Ramzy 1964 . Pellagra and sprue only produce cysts superficial to the muscularis mucosm, hence the name 'colitis cystica superficialis'. In the present case cysts were also present in the stomach and small intestine. Gastric and small intestinal changes are also seen in pellagra (Anderson 1961 ). There were no cutaneous manifestations of pellagra, although Goodall & Sinclair (1957) state that these may be absent in the darker months of winter, the socalled 'pellagra sine pellagra'. In a good account of the pathology of pellagra, Denton (1925) states that colitis may, in rare cases, be its only manifestation. Divergent views are still held on the wetiology of pellagra. Anderson (1961) maintains that the major factor is deficiency of certain members of B group vitamins, particularly niacin. Some workers state unequivocally that this is the cause of pellagra but the pathological changes of pure niacin deficiency have not been described in man or animals. Again Anderson (1961) states that 50% of pellagrins show achlorhydria and have atrophic gastritis. Unfortunately, gastric acid studies were not carried out in this patient.
An extensive search in the world literature has failed to find an exactly similar case. Cronkhite & Canada (1955) described a syndrome of gastrointestinal polyposis, associated with hyperpigmentation and loss of body hair and nail structures in two patients: death occurred within six months of the onset of diarrhoea in one patient but was protracted to seventeen months in the second. Both had progressive weight loss and developed marked cedema. Post-mortem examination revealed 'adenomatous' polypi in the gastrointestinal tract. Johnston et al. (1962) described a similar syndrome in a 51-year-old Chinese woman and thought that the weight loss and ectodermal changes were caused by a secondary malabsorption syndrome; this patient had a histamine-fast achlorhydria but glucose tolerance test and fat balance studies were normal: death took place within six months, with marked cedema and terminal peripheral vascular failure; a post-mortem was not obtained. These 3 patients differed in three respects from the present case: they all had pignentation of the skin, became cedematous and true adenomatous polypi were reported throughout the gastrointestinal tract. However, in the case reported by Johnston et al. (1962) the photomicrographs show a cystic condition of the mucosa suggestive of colitis cystica.
The integrity of ectodermal structures depends on many factors, notably vitamin A, riboflavin, pyridoxin, nicotinic acid and ascorbic acid, but it is difficult to postulate that a vitamin deficiency existed in this case. It is known that endocrinopathies affecting the adrenal and thyroid glands are reflected in ectodermal structures but both glands appeared to be normal in the present case. An exact etiology cannot, therefore, be ascribed.
